Management options of CMM are based on a number of case reports and limited case series, as the rarity of this tumor has made it difficult to conduct clinical trials to determine the best therapy. The current standard of care is wide local excision, followed by double freeze-thaw cryotherapy to the margins. This is often followed by a variety of adjuvant therapies in order to prevent recurrence and metastasis as patients with CMM are prone to recurrences throughout their lifetime. [1] [2] [3] A total of 4 case series were found in the literature evaluating outcomes of the surgical technique of wide excision with cryotherapy, covering 457 patients. [1] Overall, 72% (314/434) of cases experienced complete resolution, 29% (134/457) of cases experienced local recurrence, 19% (81/434) of cases experienced metastasis, 10% (43/434) of cases required exenteration, and 6% (28/434) of cases were fatal, all over a mean follow-up time of 52 months. [1] Orbital exenteration is recommended in extensive tumor recurrence, non resectable tumors without evidence of metastasis, or patients with painful eyes and unacceptable cosmesis. [5] Literature regarding the clinical features, disease progression, treatment modalities and prognosis of conjunctival malignant melanoma is sparse, especially regarding the Indian population.
To summarize, we have presented a rare case of multifocal recurrent conjunctival melanoma with diffuse primary acquired melanosis [with atypia] occurring in an Indian Asian female.
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This is an open access journal, and articles are distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to remix, tweak, and build upon the work non-commercially, as long as appropriate credit is given and the new creations are licensed under the identical terms. A rare case of recurrent vascular aneurysmal bone cyst of the orbit in a 4-year-old child Editor, Aneurysmal bone cyst (ABC) is a benign cystic lesion of the bone, defined in histopathological terms by blood-filled spaces separated by connective tissue septa along with fibroblasts, osteoclast-type giant cells, and reactive bone formation. Nearly 50% of ABCs arise in the long bones. Orbital involvement has been reported rarely (less than 1% of all presenting sites). [1] The usual age group ranges from 10 to 30 years old, with 80% of the patients below 20 years of age. [2] Clinically, ABC can be distinguished into three types. Conventional type (95%) presents as a rapidly growing, destructive lesion progressing to cortical perforation and soft-tissue invasion. The solid type (5%) may present as an incidentally detected radiolucency on a routine radiograph. [3] A 4-year-old girl presented with a 6-month history of painless progressive proptosis of the right eye, with history of excessive tear, redness, and occasional headache. She was operated twice in the past 1 year for the same complaints. There was no history of trauma. On evaluation, there was 5 cm of proptosis with restriction of extraocular motility in all the directions in the right eye along with downward displacement of the right eye ball [ Figure 1a ].
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Computed tomography (CT) demonstrated a large mass with fluid levels in the right orbit extending into the ethmoid sinus and right basifrontal region [ Figure 1b ]. There were inferior and lateral displacement of the right globe, extraocular soft tissue thickening, and hematoma seen along the superior aspect of the globe and superior orbital margin. Peripheral calcification was seen in the right basifrontal region. The differential diagnosis included an ABC, a giant-cell tumor (osteoclastoma), or a lymphangioma. Magnetic resonance imaging (MRI) demonstrated a large cystic mass with enhancing septations and extending posteriorly to erode the medial wall of the right orbit and extending into the right ethmoid and sphenoid sinuses and superiorly causing an extradural bulge into left basifrontal region.
The mass was explored through right fronto-orbito-zygomatic craniotomy; the tumor was completely extradural, originating from the surrounding bone of the roof of the orbit. The globe and cone of intraocular muscles could not be visualized, as it was pushed inferiorly and laterally. The previously performed surgery was evident, and previously placed plates and screws were removed along with the supraorbital rim. Gross total excision of the tumor was done after dissecting the tumor meticulously, and tumor tissue was sent for histopathological examination.
Pathologic examination revealed cystic spaces separated by fibrous septa. The fibrous septae were composed of a moderately dense cellular proliferation of fibroblast, with scattered multinucleated osteoclast-type giant cells and reactive woven bone rimmed by osteoblasts. Calcification and siderophage collection were noted [ Figure 1c and d]. The diagnosis was consistent with the ABC. Postoperative course was satisfactory and the patient's eye symptoms improved and proptosis reduced significantly.
Since the first reported orbital aneurysmal bone cyst in 1953, few cases have been documented in literature. Proptosis is a common presenting sign in ABCs of orbit. In our patient, history of rapidly progressive proptosis was probably a result of hemorrhage into the surrounding bony elements. Other presenting complaints include visual changes, chemosis, and periorbital heaviness.
Modalities such as CT and MRI are necessary to help in diagnosis and for surgical planning. CT may show the presence of an expansile, osseous lesion with bone remodeling and cortical loss. [4] Fluid levels are more apparent on MRI, [5] and features may include the presence of multiple internal septations and a "soap bubble" appearance due to the projection of small cysts exophytically from larger cysts.
A recurrence rate of 10%-30% has been reported, most of which have been detected within 2 years of the initial treatments. This underlines the need to review these patients at regular intervals paying careful attention to the optic nerve function and ocular motility. To the best of our knowledge, this is the first reported case of recurrent ABC in a 4-year-old child.
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Ameloblastic carcinoma: A diagnostic dilemma
Editor, A 31-year-old male presented with difficulty in swallowing since 8 months. On examination, a growth was identified in the floor of the mouth and middle third of the alveolus. The magnetic resonance imaging (MRI) revealed a multiseptate, cystic mass involving the mandible with erosion of the bone and extension into the adjacent soft tissue. These findings were suggestive of a malignant lesion. Subsequently, the patient underwent a middle one-third mandibulectomy with bilateral modified neck dissection.
Gross examination revealed a 3.7 × 2.5 × 2.0 cm mass in the floor of mouth involving the underlying mandible. Microscopy showed an epithelial tumor composed of interconnecting islands and plexiform arrangement intermixed with solid epithelial sheets and islands. The epithelium had a columnar basal cell configuration bounding a stellate reticulum interior. Areas resembling classic ameloblastoma (AB) were also noted [ Figure 1a and b]. The tumor infiltrated into the mandible and adjacent soft tissue [ Figure 1d ]. Cellular pleomorphism was noted. The mitotic rate was 6/10 hpf [ Figure 1c ]. There were no lymphovascular emboli or perineural invasion. All the resection margins were free. Modified neck dissection revealed reactive lymph nodes. The immunohistochemistry (IHC) revealed the neoplastic cells to be diffusely positive for p63 [ Figure 1f ] and pancytokeratin. Ki-67 labelling index (LI) was nearly 20% in the highest proliferating areas [ Figure 1e ]. The stellate reticulum cells showed focal positivity for S100. Cytokeratin 18 (CK 18) was diffusely positive in all the layers in tumor cells [ Figure 2 ]. A diagnosis of AC was made based on the cytological atypia, high Ki-67 LI, and infiltrative growth pattern. Patient was asymptomatic on follow up over the course of 4 months. Odontogenic tumors are rare. [1] The classification of odontogenic tumors has been a controversial topic for decades. The term ameloblastic carcinoma (AC) was first used by Shafer in 1983 to describe AB cases with malignant transformation. [2] Metastasizing ameloblastoma (MAB) is diagnosed when metastasis of AB occurs. There is usually little atypia and presence of significant atypia should alert to the diagnosis of AC. [1] AC primarily affects middle-aged individual with mean age of 49-56 years and a male predilection. [2] [3] [4] The most common site involved is the mandible, followed by the maxilla. [2, 4] Majority of the tumors arise de novo and some arise from a pre-existing AB. [3, 4] Radiological examination often reveals a multilocular mass and with focal radiopacities. Root resorption can also be noted. [2] Perforation of the cortical plate and extension into surrounding soft tissue is usually indicative of AC. [5] The differentiation of AC from AB is most important. AC is diagnosed when there is evidence of cytological atypia in a histological pattern of AB. An elevated mitotic rate is especially helpful as AB exhibit less mitosis.
[6] IHC may be helpful in distinguishing the two entities. Ki-67 LI is found to be significantly higher in AC than in AB. [7, 8] Mean Ki-67 LI in AC has been reported to be approximately 20%, while in AB it is approximately 4%-5%.
[7] The expression of certain CKs can also help to differentiate between AB and AC, with CK 18 being especially useful. While CK 18 is diffusely positive in all tumor cells in AC, it is only weakly positive in stellate reticulum in AB. [8] CK 14 and CK 19 are expressed in both the epithelium and stellate reticulum in AB and AC. CK 7 is negative in both AB and AC. [8, 9] Recently, SOX2 has been proposed as a sensitive and specific IHC marker for AC. It is negative in AB, but diffusely positive in AC.
[10] Matrix metalloproteinase-2 (MMP-2) and MMP-9 have also been studied as potential markers for differentiation between AB and AC. MMP-2 is expressed in both the tumor cells and stroma, but AC shows a higher expression as compared to AB. [8, 11] The results of MMP-9 have been controversial with some studies reporting increased MMP-9 expression in stromal cells in AC as compared to AB, whereas others have found a higher expression of MMP-9 in tumor cells of AB rather than AC with no difference in the stromal expression. [8, 11] However, their diagnostic utility has not been well established.
